[Electrophysiologic aspects of Crow-Fukase (POEMS) syndrome--significance in early diagnosis and insights into the pathophysiology].
POEMS (polyneuropathy, organomegaly, endocrinopathy, M-protein, and skin changes) syndrome is a rare cause of demyelinating and axonal mixed neuropathy with multiorgan involvement. The presence of polyneuropathy is mandatory for the diagnosis of POEMS syndrome, and progressive neuropathy results in the deterioration of patients' quality of life. Although the pathophysiology of nerve damage has not yet been elucidated, nerve conduction abnormalities exhibit characteristic, patterns that can be summarized by a number of features including (1) slow nerve conduction diffusely distributed in the intermediate nerve segment, (2) relatively preserved nerve conduction near the distal nerve terminals, (3) prominent axonal loss in distal lower extremity nerves, and (4) no conduction blocks. These features are useful in differential diagnosis of POEMS syndrome from chronic inflammatory demyelinating polyneuropathy (CIDP) and neuropathy associated with anti-myelin-associated glycoprotein antibody. The pathogenesis of POEMS syndrome is not well understood; however overproduction of vascular endothelial growth factor (VEGF), probably secreted by plasmacytoma, may be responsible for most of the characteristic symptoms, including neuropathy. The patterns of nerve conduction abnormalities suggest that demyelination and axonal degeneration are caused by some serum neurotoxic substances in serum that cannot access the nerve parenchyma under physiological conditions. Elevated serum VEGF level would result in increased permeability and breakdown of the blood-nerve barrier. In addition, endoneurial or perineurial vascular proliferation with altered hematocoaglabilty could partly play a role in the pathogenesis of neuropathy in POEMS syndrome.